We describe a Japanese family with transthyretin Val107-related familial amyloid polyneuropathy (FAP) 
Introduction

Familial amyloid polyneuropathy (FAP) is a systemic amyloidosis characterized by progressive polyneuropathy, autonomic failure, cardiomyopathy, gastroenteropathy and connective tissue dysfunction. Transthyretin (TTR), apolipoprotein A-I, and gelsolin have been identified as FAP-related amyloidgenic proteins. Among those proteins, amyloidgenic mutated TTR is the most common. To date, about 100 different points of single or double mutations or of a deletion in the TTR gene have been discovered and more than 20 points of mutation have been discovered in Japan (1). TTR Met30 FAP (FAP type I) is the most common type of familial polyneuropathy in
F i g u r e 1 . P i c t u r e s o f t h i s p a t i e n t ' s h a n d . T r i g g e r f i n g e r wa s o b s e r v e d i n h i s r i g h t s e c o n d f i n g e r . Ar r o ws i n t h e r i g h t i ma g e s h o w t h e o p e r a t i o n s c a r .
However (Fig. 2) . The number of myelinated nerve fibers was remarkably decreased. 
TTR gene analysis was performed after the patient gave informed consent. Genomic DNA was extracted from the patient's blood. All coding regions (exons 1,2,3 and 4) of the TTR gene were amplified by a previously reported method of PCR (4), and examined by direct sequencing method. The results revealed a heterozygous point mutation at codon 107 in exon 4 (ATT GTT). The Ile 107Val mutation was confirmed by RFLP analysis as previously described (5).
Clinical Manifestations of Family
F i g u r e 2 . P a t h o l o g i c a l f i n d i n g s o f s u r a l n e r v e b i o p s y . A: Co n g o -r e d s t a i n . B : Co n g o -r e d s t a i n o n p o l a r i z a t i o n . Ar r o ws i n A a n d B i n d i c a t e t h e a my l o i d d e p o s i t i o n . C: I mmu n o l a b e l i n g wi t h a n t i -h uma n T T R a n t i b o d y s t a i n wa s o b s e r v e d e x t r a c e l l u l a r l y i n t h e p r o x i mi t y o f S c h wa n n c e l l s . D: Kl u v e r -B a r r e r a s t a i n s h o ws t h a t t h e n u mb e r o f my e l i n a t e d n e r v e s wa
